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Congenital Hyperinsulinism
Most common cause of persistent
hypoglycaemia in neonates and infants.

Associated with significant risk of permanent
brain damage.

Needs prompt diagnosis and immediate
management to prevent neuro-disabillities.




Congenital Hyperinsulinism:

Are you or your child
experiencing
hypoglycemia even
while on medication?

Please consider the ACHIEVE
clinical research study.

Announcing the sunRIZE
Clinical Study in Congenital
Hyperinsulinism

Congenital
Hyperinsulinism
Intern ational

WG B0 B Sugar NS, st N

September is
Newborn Screening
Awareness Month

What does that
mean for CHI?



Challenges in Developing countries

T8

Delayed presentation

Hyposcreen cost

Free genetic testing

Availability of diazoxide and Octreotide
Cost of BG strips

Lack of feeding assistance
18 F DOPA PET scan availability

Trained Pediatric Endocrinologist/ HI consultant

Surgical expertise




Delayed Presentation

In last 2 years 46 cases of HI
reported

Average age of presentation 5
months ( 1day to 5 years)

59 % ( n=27) presented in
neonatal age

41 % (n=19) presented late
( treated as seizures disorders)

J BG were not checked at initial
presentation.

J Lack of awareness about CHI
among families and HCPs.

Bringing awareness about
CHI in community.




Diagnosing CHI

Evidence of excessive insulin action at the time of hypoglycemia
1. Suppressed plasma B-hydroxybutyrate (<1.8 mmol/L)
2. Suppressed plasma free fatty acids (<1.7 mmol/L)
3. Inappropriately large glycemic response to glucagon (=30 mg/dL [>1.7 mmol/L])
4. Increased glucose infusion rate required to maintain euglycemia above normal
for age
>8 mg/kg/min for neonates
>3 mg/kg/min for adults
Evidence of excessive insulin secretion/inadequate suppression of insulin secretion
at the time of hypoglycemia (these are less definitive than evidence of excessive
insulin action)
1. Plasma insulin >1.25 pU/mL (8.7 pmol/L)
2. C-peptide >0.5 ng/mL (>0.17 nmol/L)

Diagnostic Cost

Free fatty Acids not available.
Blood ketones available in few centers.

Cost of hyposcreen (insulin, C peptide,
NHS3, lactate, GH and cortisol) is around a
monthly pay of an average worker in our
country

(90% cases belong to that category)
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Availability of Medications

Diazoxide
(diazoxide, USP) i'

. » Not Registered .
4 » Expensive.
 Often short in market.

——— Octreotide
Sandostatin®

(Octreotide) _ _
o  Short acting and LAR available
( expensive)

.;-:.‘t - - £ N
0.1 mg/mil taeo a1 I l | | -I I I
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e of local companies > Proglycem suspension expensive.
laboration with other organization - in process

| = Facilitating in making liaison with different companies.

Government and policy makers need to be involved
Special grants for this rare condition




Feeding and nutritional support

No HI trained dietician

[(E ‘._.g} High carb formula are not available
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Feeding tube and pumps are
expensive.
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{ _ef‘f@“j% Feed fortification is a difficult task




Need for mentor mentee
program for CHI

jetician,.
glgr!u l%atlon for CHI

dietician ( virtual ).

Support for feeding
tubes, and pumps.

Local guidelines for feed
fortification.



Diffuse Uptake

18 F DOPA PET SCAN

Pancreas

Not available in many countries.

Focal Uptake Where available it is expensive

Need expertise to conduct and
interpret these scan

Problem with dye stabilization .



CHI Trained Consultants/ Surgeon

* Lack of HI trained pediatric Endocrinologist and Surgeons.
* Rare condition and limited exposure of HCPs to manage it.

* Need for capacity building.

* Focal CHI center provide support to other hospital ( CHI
help line)




Suggestions

 HI awareness webinars for families and HCPs.
* Guidelines for resource limited countries.
* Efforts for availability of diazoxide.

* Training of a team( Pediatric Endocrinologist, Dietician , Nurse,
radiologist and Surgeon) of a focal HI center.

* Capacity building.
* CHI fellowships/ grants for developing countries.




lam Hooriya |l am 4.5-year-old. | was diagnosed with
congenital hyperinsulinism since birth. | lived in Peshawar,
KPK, Pakistan.

1am currently managing my sugar with diazoxide, but, when |
am unwell my sugar starts going down.

1love my parents and my doctors who are always there for me
at my every low.

My father is the real fighter. Even in remote area of KPX he is

managing my condition. He is the one who initiated the idea of

peer support group and has been supporting many families.

* | am Zohan | belong to a District
Khushab.

* | was diagnosed with Congenital
hyperinsulinism at 8 months of age.

* | am currently 2.6 year of age and
love ride on bike with my father

* | am thankful to my parents and my
doctors at The Children’s Hospital
Lahore for giving me the best care.

1am &ima | am diagnosad with
Congenitsl hypennzulnizm since
alrth. |am now 8 year ot age,
sludying @ prads 1 and sojoying my
e 1o the best,

T arrenly on & very low dose of
dlazoxlde and hopetul 500n | Wil no
Langer nesd this medic ne.

Tam thankful to my dottors and
nlly my parcnts for nat ghving
ng; e Lhe best

| am Hesnain belorg to Distnct Bajour, Khyber
Pakhtunkhwa, Pakistan. | am clagrasad with
congental hyparinzulialsm since birta,

1am nove four years of age, erjoying my Lfe to the
ust.

| wrn currently on o very low dose of divkde sné
Tropmully soun il na wogse rewd his medicine.

Lam vary thanklul 1 Dr, Sammayys Aftab,
cansultantizpeclalist CHIIn Lahara Calldran
Huspruwl,

+ |am Abeera. | belong to a District Layyah
south Punjab.

« |was diagnosed with Congenital
hyperinsulinism since birth. 1did not respond
to diazoxide, so | need to take daily shots of inj
sandostatins to keep my sugar up.

* |lam currently 6 years old; | love playing
around and want to be a pilot.

+ |am thankful to my parents and my doctors
at The Children’s Hospital Lahore for giving me
the best care despite of many obstacles.

Eshaal Parents

+ Our daughter Eshaal Fatima was diagnosed with Congenital
Hyperinsulinism at 12 months of age at The Childran's Hospital,
Lahore.

* We bive in Faisalabad which in 2 -3-hour drive from Lahore.
Initial ime of rushing to Lahore (when she was sick) to gve her
the best care was a nightrmare, but we are thankful 1o The
Endocrine team of The Chidren's Hospital Lahore the way they
took care of our kid,

+ Now she is doing great on diazoxide. She love playingwith
dolls. This journey wes not possible without continues support
of our CHI team at The Children's Hospital, Lahore.

* InehAllah, Eshaal will bacome a doctor too and take core of
other kids Uike her doctors.










